pressed in its suprahepatic segment. Injection of contrast into the hepatic vein showed no occlusion. Mrs G. F. had the first manifestation of polycystic Collateral circulation in the lower part of the inferior kidney disease in 1973 when she was 37 years of age.
vena cava confirmed a functional obstruction Gross haematuria revealed the disease. Resection of (Figure 1 ). Magnetic resonance imaging showed that several renal cysts was performed in California at that compression was mainly due to a voluminous liver cyst time. The inherited autosomal dominant nature of the the content of which was haemorrhagic ( Figure 2 ). disease was easily documented: the father and several A second surgical operation was performed on members of the paternal family were affected.
30 January 1991, with the aim of relieving obstruction. In July 1990, umbilical hernia had to be operated Voluminous ascites was evacuated, and several liver on in Poitiers, France and ascites was discovered at cysts were evacuated and resected. Despite this attempt, surgery. Renal function was impaired at that time (serum creatinine concentration 174 mmol/l ). Liver cysts had been documented 15 years before, and had so far been asymptomatic.
In October 1990, voluminous ascites and lower limb oedema required further investigation. Grade I oesophageal varices were found by endoscopy. Angiography showed that the portal and superior mesenteric veins were patent. Because of refractory ascites due to portal hypertension, side-to-side mesentericocaval shunting with Gore-TexB graft prosthesis was surgically performed. Before surgery, the pressures were 18 mmHg and 27 mmHg, in the inferior vena cava and portal vein respectively (normal range: 7-12, and 10-15 mmHg respectively). After surgical anastomosis, the corresponding pressures were 22 and 28 mmHg. Thus surgery did not improve portal and caval hypertension. Not surprisingly, ascites recurred 8 days after surgery and thrombosis of the shunt was demonstrated.
In December 1990, the patient was referred to the Liver Transplant Unit. Ascites was still present. Liver and spleen were enlarged. No alcoholic intoxication was documented. Hepatitis B and C virus serologies were negative. Serum alkaline phosphatase and gamma-glutamyl transpeptidase activities were increased ( X5N ), whereas serum aminotransferases were normal. The protein content of the ascitic fluid was 22 g/l; this fluid contained 200-250 cells/mm3 including 76% lymphocytes, 15% polymorphonuclears, and 9% other cells. Echo Doppler imaging showed compression of the portal vein by liver cysts. On (ursodesoxycholic acid). In June 1992 liver and kidney biopsies showed only minimal lesions. In April 1993 ascites had not recurred. Serum creatinine level was 115 mmol/l. Liver tests were normal. The patient has been followed-up in California since that time.
Comment
Ascites is uncommon in polycystic kidney disease (ADPKD). Ascites was associated with portal hypertension in our patient, ruling out other causes of ascites in uraemia, such as tuberculous peritonitis. Basically, three disorders may lead to portal hypertension in ADPKD: liver cirrhosis, congenital hepatic fibrosis, block, alone or in combination with outflow obstruction, has been suggested but not firmly established.
Liver cirrhosis was excluded on the basis of liver portal pressure remained elevated (22 mmHg) and the most impressive posterior cyst could not be resected. biopsy findings and on the lack of aetiological factors: no alcoholism, no hepatitis B or C viral infection, and Peroperative liver biopsy showed that the liver parenchyma was severely altered by centrilobular and portal no evidence of haemochromatosis or primary biliary cirrhosis. Incidentally, liver cirrhosis due to chronic fibrosis, without necrosis, sinusoids were dilated, and walls of centrilobular veins were thickened. These viral hepatitis was responsible for only two of 76 deaths among polycystic patients on regular dialysis in lesions were regarded as suggestive of chronic hepatic venous outflow obstruction.
France in the 70 s [1 ], and none in 242 patients from two series more recently published from North Postoperatively, renal failure worsened. Serum creatinine concentration plateaued at 282 mmol/l; creatinine America [2, 3] .
Congenital hepatic fibrosis (CHF ) has now been clearance was measured at approximately 20 ml/min. Coagulation factors, including factor V, were reduced recognized in more than 20 patients with ADPKD [4 ], whereas it is a constant feature in autosomal recessive at approximately 65% of normal. Serum cholesterol concentration was 3.5 mmol/l and serum albumin was polycystic kidney disease [5 ] . Portal hypertension due to ADPKD-related CHF is recognized in early child-27 g/l. Medical management including frusemide, spironolactone, and a somatostatin analogue did not hood, or before 25 years of age. It gives rise to splenomegaly and variceal bleeding. Ascites is rare and allow adequate control of ascites. Nutritional condition was poor.
if present, transudative. Of note, liver cysts were detected in only two cases. ADPKD-related hepatic It was evident at that time that portal hypertension was due mainly to hepatic venous outflow obstruction. fibrosis has so far been only reported in PKD1 families.
In these families several siblings may be affected but The two other causes of portal hypertension, i.e. liver cirrhosis and congenital hepatic fibrosis, were ruled no vertical transmission of the liver involvement has been observed. Liver histopathological findings are out by histopathological findings and results of laboratory tests. Hepatic venous outflow obstruction was the characterized by enlargement of the portal spaces due to fibrosis, and bile-ductule proliferation. In addition, consequence of persistent compression of the inferior vena cava at the level of or above the hepatic veins. CHF may be associated with cystic dilatation of the segmental bile ducts (also called Caroli's syndrome) Since cyst fenestration had not been successful and liver changes were severe, liver transplantation was which can be visualized by CT or US imaging. All these features were absent in this patient. decided on, and since renal failure was advanced, combined liver and kidney transplantation was considHepatic venous outflow obstruction was therefore the most likely mechanism of portal hypertension. It ered as the most appropriate therapeutic course.
In the following months, symptomatic management develops mainly in ADPKD females, who are more prone than males to massive cystic liver. The huge size improved the nutritional condition. Voluminous ascites required repeated abdominal paracenteses and renal of the liver is responsible for mechanical problems concerning the gut, abdominal wall and elevation of failure progressed. Serum creatinine concentration was 500 mmol/l in September 1991.
the diaphragm, resulting in emesis and malnutrition, hernias, and respiratory compromise. Intractable asciCombined liver and kidney transplantation (from the same cadaver donor) was performed on 24 January tes and tender hepatomegaly are the hallmark of hepatic venous outflow obstruction. Indolent presenta-1992. Rapidly, liver test abnormalities disappeared and kidney function was excellent. Postoperative serum tion may lead to confusion with cirrhosis. However exudative ascites is suggestive. High protein content of creatinine was 95 mmol/l. Post-transplant therapy comprised CsA, prednisone, azathioprine, and ursodiol ascitic fluid is ascribed to the high permeability of the
